SUMMARY Nodular regenerative hyperplasia of the liver (NRHL) has been found in association with collagen vascular diseases, after drug therapy, with autoimmune disease, and with a variety of haematological disorders. The association of NRHL with the syndrome of Calcinosis cutis, Raynaud's phenomenon, oesophageal dysfunction, sclerodactyly and telangiectasia (CREST syndrome) has only been reported on two previous occasions. The liver disease usually associated with CREST syndrome is primary biliary cirrhosis (PBC) and recently nodular hyperplasia of the liver has been reported in patients with early stage PBC. We present a case of NRHL with CREST syndrome and serological and biochemical features of PBC, a newly recognised overlap syndrome.
Nodular regenerative hyperplasia of the liver (NRHL) is a rare condition in which nodules of hyperplastic hepatocytes are seen within the liver in the absence of disturbance to the architectural framework and without histological evidence of significant fibrosis or hepatocyte necrosis.' Clinically, it may be confused with cirrhosis as patients can present with the consequences of portal hypertension, liver failure and rarely, liver rupture.' The pathogenetic mechanisms involved in the development of NRHL are unknown but associations have been described with a number of collagen vascular diseases, after drug therapy, with autoimmune diseases and with a variety of haematological disorders.' The association of NRHL with the syndrome of Calcinosis cutis, Raynaud's phenomenon, oesophageal dysfunction; scierodactyly and telangiectasia (CREST syndrome) is widely quoted but to our knowledge has been reported on only two previous occasions.' The Upper gastrointestinal endoscopy showed that the bleeding was from oesophageal varices. This was not controlled by conservative measures, however, and an emergency oesophageal transection was therefore performed. At operation the peritoneal cavity contained 3 1 ascites, the spleen was enlarged and the liver was said to be coarse, nodular and cirrhotic; a wedge biopsy was taken for histological examination. Postoperative recovery was complicated by a subphrenic abscess and jaundice which completely resolved, although the serum alkaline phosphatase remained raised. Measurement of the wedged hepatic vein pressure was normal at less than 6 mm Hg confirming that the portal hypertension was of the presinusoidal type. He suffered no further gastrointestinal bleeds.
PAT HOLOGY
The previous liver biopsy was reviewed. This showed preservation of the hepatic architecture; however, nodules of hyperplastic hepatocytes were seen, not associated with fibrosis or necrosis. There was expansion of the liver cell plates as well as nuclear pleomorphism. Nodules were best seen on the reticulin preparation (Figure) where compression of the adjacent parenchyma and of some hepatic vein radicles, with associated sinusoidal dilatation, was also observed. Inflammatory cell infiltration was minimal and all portal tracts were normal; in particular, normal bile ducts were noted in each portal area. Somewhat surprisingly, although similar nodules were seen in the wedge biopsy specimens, the changes were rather more subtle than in the needle core. Again, no significant fibrosis, necrosis or inflammation was detected and all portal tracts contained a normal bile duct. These changes were interpreted as those of NRHL without histological evidence of PBC. We are grateful to Mr I MacLennan for referring this patient after surgery. We also thank Drs C Black and I Murray-Lyon for helpful discussion and continuing care of the patient. 
